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congenital and is not infrequently associated with various deformities,
particularly of the nails. The causation of this abnormal development
of the skin is unknown.
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The vesicles and bullae contain clear or blood-stained serum. The
changes which take place in the skin are similar to the changes in pem-
phigus vulgaris. The bullae are usually
situated immediately beneath thecorneal
layer of the epidermis with negligible
changes in the corium, but according to
Cans intra-corneal bullae are occasionally
met with. In severe cases bullae form
between the epidermis and the papillary
layer of the corium and are accompanied
by oedema and cell infiltration around the
vessels. In the latter case resolution is
followed by some scarring (see Fig. 8).
Engman and Mook demonstrated sections
of skin which appeared to show abnormal
clastic tissue from non-bullous areas.
Small cysts embedded in the skin of the
hands and in other areas where bullae
have been present are a noticeable feature
in some cases. These cysts are said to be
derived from the sweat ducts.
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fig. 8.—Epidermolysis bullosa.
Scarring of skin after repeated
bullae
The chief symptom in the simple type is
the formation of bullae on the parts most
exposed to injury, namely, the hands, feet, and elbows; but usually Simple type
no part of the body is exempt from this peculiar reaction; in addition
the mucous membranes are involved in about 2 per cent of the cases.
This applies particularly to the buccal tnucosa. The phenomenon
known as Nikolski's sign may be noted in some instances; this is the
tendency of the corneal layer of the epidermis to slide and wrinkle after
the application of pressure. It is due to lack of cohesion between the
horny layer of the skin and the Malpighian layer, but it is not a patho-
gnomonic sign, for it may occur in other bullous diseases. In some in-
stances the bullae have been, noted at birth; but in most cases they appear
a few days or weeks later. The bullae may be produced easily by artificial
trauma, the skin being so vulnerable that pinching it between the fingers
is followed by the appearance of a blister within a few hours. The bullae

